Pheochromocytoma and multiple endocrine adenomatosis by Müller, O. A. et al.
acfaa eiidocriiio fogiea 
Current Views on Oestriol 
Papers presented at a seminar held in Oss, 
The Netherlands, on 29th September 1979 
under the sponsorship of 
Organon International B. V. 
E. W. Bergink, A. A. Haspels, A. Klopper, 
H. M. Lemon, T. Salmi, V. A. Tzingounis et al. 
and W. H. Utian 
Edited by 
E . J . Plötz and M. Neves-e-Castro 
Supplementum 233 
Copenhagen 1980 
Contents 
Foreword 7 
E.J. Plötz andM. Neves-e-Castro 
Oestriol receptor interactions: their biological importance 
and therapeutic implications 9 
E. W. Bergink 
Pathophysiologic considerations in the treatment 
of menopausal patients with oestrogens; the role of oestriol 
in the prevention of mammary carcinoma 17 
H. M. Lemon 
The risk of endometrial carcinoma 
from oestrogen therapy of the menopause 29 
A. Klopper 
Endometrial carcinoma risk factors, with special reference 
to the use of oestrogens 37 
T. Salmi 
The significance of oestriol in the management 
of the post-menopause 45 
V. A. Tzingounis, M. F. Aksu andR. B. Greenblatt 
The place of oestriol therapy after menopause 51 
W. H. Utian 
Oestrogen therapy in the peri-menopause: 
a practical approach 57 
A. A. Haspels 
A U T H O R S ' INDE X 
S H O R T P A P E R S 
(Figures refer to abstract numbers) 
Albring,M. I l l 
Allolio,B. 144, 148 
Al tenahr^ . 107. 124 
Althoff, P. H. 54, 147 
Anton-Lamprecht.J. 88 
Ball,P. 109, 114 
Bauknecht, Th. 100 
B a u m a n n J . B . 142 
Baumann,R. 84 
Baumgarten,G. 7 
Becker, C. 135 
Becker, M. 135 
Becker, R. 136 
Beier,S. I l l , 120 
Beischer, W. 69 
Belkien,L. 149 
Benker,G. 31, 33 
Berger, M. 73 
Bettendorf, G. 8, 11 
Bhargava,A.S. 119 
Biro,G. 131 
BlaquierJ.A. 40. 43 
Blossey,H.C. 106 
Bogner.U. 23 
Bohnet ,H.G. 6, 93 
B o l t H . M . 121 
Brabant.G. 4, 43 
Braendle, W. 8, 97 
Brandsletter. K. 88 
Bratusch-Marrain, P. 52. 74 
Brecht, H. M. 143 
B reck wold t ,M. 15 
Breidenbach,Th. 50 
Breitenecker, G. 110 
Bucher.H. 14 
Bühring,M. 143 
Bumke-Vogt,C.63 
B u s c h , H . p T l 4 3 
Carstensen,M. H. 11 
Chari,S. 46, 117 
Claus, M. 151 
de Cooman,S. 44 
Coy.D. 83 
Cr is tea ,C 71 
Dangel.G. 70 
Daume,E. 46, 117 
Deuß,U. 148 
Dhom.G. 152 
Dietel.M. 124, 125 
Dimitriadis,G. 75 
Dinstl.K. 134 
Dirks, H. 106 
Döhler,K.D. 65, 108 
D o n n e z J . 112 
Dorn ,G. 124, 127 
Dorn-Quin t .G. 125 
Dorow,R. 1, 10 
Düker, E. 62 
Dulce ,H.J .61 . 150 
Duntas ,L. 22, 26 
DuraiswamLS. 46, 117 
Düsterberg, B. 120 
Eckhof,A.63 
Eiermann, W. 90 
El Etreby, M. F. 64 
Elger.W. 120 
Ellendorff. F. 49 
Elsaesser, F. 94 
Emons.G. 114 
Endler, J. 115 
Engelhardt, D. 38 
Etzrodt. A. 76,77 
Etzrodt ,H. 22, 53 
Fahlbusch, R. 55, 56 
Färber, G. 39 
Fehm,H.L. 56 
Feichtinger, W. 96 
Fenner,A. 61 
F e n s k c M . 141, 153 
Ferin.J. 44 
Friedreich, E. 64 
Friedrich, E. 76, 77 
Friedrich, F. 96, 110 
Fuhrmann, H. 24 
Fulmck,R.96 
Gabel, A. K. 93 
Ganten, D. 136 
G a r b e r i J . C . 40 
Gärtner, R. 30 
G a s i c S . 74 
Gehring, W. 9 
Geiger, R. 83 
Geisthövel, F. 34 
Geldschläger, H. 32 
Gerdes ,H.68 
Gethmann ,U. 115 
Ghraf,R. 98 
G i r a r d J . 142 
G i r n d t J . 141 
Goerig, M. 138 
Gottswinter, J. 132 
Graben, N. 33 
Graesslin,D. 12, 87 
Graf, K.J. 5, 10 
Grau,R. 22, 26 
Gregor, M. 63 
Gropp ,C. 67 
Grospietsch,G. 141. 153 
Grubeck-Loebenstein.B. 21, 
52 
Grün,M. 137 
Grün.R. 68 
Gumbinger, H.G. 51 
Günzel.P. 119 
Habermann,J . 27 
Hacken berg, K. 31 
Hammers te inJ . 79. 99 
Hanack,H. 134 
H a n c k e J . L . 108 
Hanker,J. P. 78, 93 
Hartig,A. 35 
Hasan,S.H. 1,64 
Haupt, O. 114 
Heesen, D. 144, 148 
Hegazy,E. 116 
Hehrmann.R. 127 
Heidemann, P. 20 
Heinen,E. 17 
Heinick.J. 119 
Heitmann, A. 54 
Henrichs,!. 70 
Hensen,J. 19 
Herberg,L. 71 
Herrmann, J. 17 
Hesch,R.D. 29. 126. 128 
Helzel ,W.D.2 
H i e m k c C 135 
Hilgendorf.W.62 
Hinrichsen, M. J. 42. 43 
Hintz,A. 45 
Hipp.F.X. 144, 148 
Hoff,H.G. 31, 133 
Hohbach,Ch. 152 
Höher, P.G. 31 
Hoitz,A. 132 
Holtz,W. 35 
Holz,G. 129 
Holzel, F. 12 
Hopkinson,C.R.N. 104 
Hoppen ,H.O. 115 
Horn, K. 30 
Hornung.E. 98 
Horowski,R. 1, 10 
Hiittl,W. 59 
Illie,R. 14 
1 7 4 
üahnke,A. 31 
J a h n k e , K . 2 
J aster, H.J. 150 
J o a c h i m , K . 86 
J o n a t , W . 105 
Joseph. K. 23 
J ung, W. 136 
Jungmann ,E . 139 
Jüppner,H. 126, 128 
Kage,A. 151 
Kaminski,T. 16, 29 
Kannengiesser, U. 9 
Kapp ,J .F . 119 
Karpati ,L. 95 
Kather .H. 101, 103 
Katzfuß, R. 138 
Kaulen, D. 144 
Keck,E. 32,73, 130 
Keller, L. 69 
Kemeter,P. 96, 110 
Kemper .F.H. 51 
Kerner, W. 26, 69. 72 
Kinner, M. 31 
Kirchhoff.J. 98 
Klaushofer.K. 134 
Klehr.H.U. 130 
v. Kleist, D. 5 
Klieber. M. 21 
Knobil.E. 13 
KöbberlingJ. 48 
Ködding,R. 24, 29 
Kohane.A.C. 40,41 
Koller. K. 134 
König, A. 35, 153 
Korn. A. 74 
Kotulla, P. 19, 23 
Krahe.B. 100 
Kratzsch.G. 145 
K rausc, W. 45 
Krieg,M. 37 
Kriiskemper.H.L. 17, 32, 73 
Kuhl,H.84 
Kuhn.W. 141 
Kühn-Velten.N. 36 
Kuss. H. J. 140 
Landgraf, R. 71 
L.indgraf-Leurs.M. M.C. 71 
Lmg,R.E.59 
d: Larminat, M. A. 42 
Liube.H. 50.60 
Liuritzen.Ch. 102, 113 
L.3hmann,F .G.68 
Lhmann.W.D. 92 
bichl .E. 13! 
Limkiihler,U. 147 
Lch ten berg, V. 87 
Lebau.H. l28 
v Lilienfeld-Toal,H. 73, 130 
Loos, U. 22, 26 
Lopez del Pino. V. 1 16 
Loumaye,E. 44 
Loy, A. 71 
Liibbert ,H.99 
Lüdecke,D.K. 57, 66 
Maass,H. 105 
Mahapat ra ,S .K. 46 
Mahlstedt, J. 23 
Mahrous, A.T. 64 
Maier,V. 72 
Mallas, E. 75 
Mann, K. 90 
Martin, R. 56 
MaxeinerJ . 151 
Mayer.G. 47. 48 
Meier, W. 127 
Meinhold, H. 23 
Mendes,R. 51 
Mente,C. 114 
Meyer zum Büschenfelde, K 
H.5 
Mickan.H. 122 
Mies,R. 81, 148 
Mocikat,R. 38 
Mohr, H. 29 
Möller, C. P. 97 
Moltz,L. 107 
Montz,R. 125 
Moreno, F. 17 
Mosny.D. 17 
v. z. Mühlen, A. 24, 66 
Mühlenstedt, D. 91 
Mühlhauser,I. 25 
Müller.G. 137, 138 
Müller. M.M. 25 
Müller.O.A. 55, 140 
Müller,R. 22,74 
Müller-Oesterle,R. 102 
Müsch. K. 89,92. 102, 113 
Naftolin.F. 109 
Naish.S.J. 109 
Neubauer, M. 54, 143 
Neumann, F. 3. 11 I 
Niederle, B. 134 
Niesert,S. 9 
Nieschlag,E. 4, 34, 39. 82 
Nieuweboer,B. 10. 119 
Nishino.Y. 111 
Nordmeyer.J .P. 127, 128 
Oelkers.W. 149 
Otten,U. 142 
Pahnke.V.G. 12 
Panzer, S. 52 
Parvizi.N. 49, 94 
Peercnboom, H. 32 
Peter, H.G. 121 
Peters, F. 15 
Peters,H.H. 20 
Pfeiffer, E. F. 69, 72 
P ickard tX.R. 27,30 
Pickartz,H. 107 
Pilloni.C. 76 
Pineiro, L. 41 
Pirke,K.M. 80 
PitzeLL.35 
Plenk jr . ,H. 134 
PoggeKH.A. 119 
Pollow,K.99 
Pos t ,K .G.7 
Prader,A. 14 
Prager, R. 25 
Quabbe ,H.J .63 
Rabe,T. 88, 95 
Raptis,S. 75 
Rascher, W. 136 
Raue,F. 129, 132 
Rechenbach, U. 100 
Reinwein, D. 31, 86 
Reitmann. I. 9 
Richter, W. 58 
Rieger, H. 130 
Roka.R. 134 
Römmler,A. 7, 79 
Rosak,C. 54, 143 
Rosanowski,C. 86 
Rosenthal,J. 53 
Rotermund,S. 39 
Runnebaum,B. 88, 95 
Sachse,G. 50, 60 
Saeger,W. 57, 66 
Salzer, H. 110 
SandowJ . 83 
Scriba,P.C. 27, 140 
Seif, F. J. 28 
Seitz,H. 103 
Senge,T.H.64 
Siegel, R. 86 
Siegmar, J. 104 
Simon,B. 101, 103 
Smith,K. 37 
Sörensen,R. 123 
Sourgens,H. 51 
Speisberg, F. 140 
Spyra,B. 80 
Srivastava,S.S. 18 
SvedbergJ . 60 
Schaefer.H.E. 130 
Schallenberger,E. 13 
Schally,A.V.83 
Schenck,B. 3 
Schernthaner,G. 25 
Scherr,A. 68 Starke,A. 73 Waldhäusl.W. 52. 74 
Scherr ,0 . 152 Stech, R. 146 Wauters.M. 112 
Scheuer, A. 68 Stöckle, G. 28 Wdowinski,J. 147 
Schiemenz,C. 116 Strauss, D. 133 Weber, H.J. 33 
Schindler, H. 134 Strecker, J.R. 113 WeckmarJ . 79 
Schlatter, E. 127 Strohmeyer, G. 32 Weise, H.Ch. 87 
Schlegel, W. 39 Sturm,G. 104, 117 Wenzel, B. 23 
Schleusener,A. 111, 118 v. Werder, K. 55, 140 
Schleusener,H. 19, 23 Teschemacher, H. 50 Wernze,H. 137, 138 
Schmid,M.69 Teschke,R. 17 Wessel, J. 48 
Schneider, H .P .G. 78, 91 Tharandt, L. 33,86 Wickings,E.J.4, 34, 82 
Schock, D. 72 Thomas, K. 44, 112 Wilke,A. 62 
Schöffling, K. 139, 143 Torresani,T. 14 Windeck, R. 33, 133 
Schölkens,B. A. 136 Tunn.U. 64 Winkelmann, W. 144, 148 
Scholz, H.C. 128 Winterhoff, H. 51 
Schömig,A. 136 Unger,Th. 136 Witt, 1.63 
Schöneshöfer, M. 61, 151 Urbanek,A. 134 Wolf,A.S.89, 92 
Schultz, M. 72 Usadel ,K.H. 147 Wong.C.C.65 
Schulz, F. 54 Wuttke ,W.62 
Schumacher, H. 36 Vierhapper,H. 52 
Schurek,H.J. 127 Voigt, K.H. 56, 146 Zahradnik ,H.P. 100 
Schusdziarra,V. 70 Volger,H. 99 Zaidi, P. 82 
Schwandt, P. 58 Völker, W. 9 Zander, J. 122 
Schwarz, K. 64 Vujicic, M. 36 Ziegler, R. 132 
Schwedes,U. 143, 147 Zimmermann, G. 15 
Schwenk, M. 116 Wagner ,T.O.F. 85 Zimmermann, H. 73 
Staib.W. 36 Wahl, R. 28 Zimmermann, R. 8 
Staiger,B. 93 Waitzinger ,! 145 Zoupas,Ch. 75 
MAIN PAPERS 
(Figures refer to page numbers) 
Althoff, P. H. 153 
Bastert, G. 153 
Daume, E. 160 
Eichholz, H. 153 
Givens,J .R. 165 
Hansmann, M. 157 
Klempa, I. 153 
Knobil, E. 154 
Landolt, A. M. 170 
Leyendecker, G. 157 
Lindner, H. R. 159 
Lunenfeld, B. 170 
Marsh, J. M. 158 
Moltz, L. 166 
Niswender, G. D. 159 
Nocke, W. 157 
Rjosk, H. K. 168 
Römmler, A. 155 
Schwartz, U. 164 
Schwedes, U. 153 
Schweikert, H. U. 163 
Steinau, U. 153 
Struve,T. 157 
Usadel. K. H. 153 
Vermeulen, A. 162 
1 7 6 
140. Pheochromocytoma and multiple endocrine adenomatosis. Observation of unusual 
cases 
O. A. MÜLLER, H. J. Kuss1, F. SPELSBERG2, K. VON WERDER, P. C. SCRIBA, Medizinische 
Klinik Innenstadt, Psychiatrische1 und Chirurgische2 Klinik, Universität München 
The diagnosis of pheochromocytoma (P) is based on elevated excretion of catecholamines 
(CA), adrenalin (A) and noradrenalin (NA), respectively their metabolites vanillylmandelic acid 
(VMA) and the metanephrines. Localization of the biochemically established tumor has to be 
performed in every patient before surgery. Though adrenal phlebography, ultrasonography 
(US) and computerized tomography (CT) have been shown to be useful, selective CA 
measurement during venous catheterization has been suggested to be a superior method for 
localization [1]. 
In recent years we have had the opportunity to observe several interesting and unusual 
cases (n = 5). In one female patient (42 y) the NA and A measurements in the venous blood (2) 
suggested a tumor in the area of the right atrium, although a 7 x 4 x 3 cm tumor could be 
documented by CT and later proven by surgery in the right adrenal gland. The CA-
concentration gradient in the right atrium was explained by the atypical venous drainage of the 
right adrenal. In a male patient (51 y) no CA-gradient was found by selective catheterization 
although the urinary excretion of NA was several times above 500 u£/24 h accompanied by the 
clinical picture of CA-excess. Although no other localization procedure could document the 
tumor, the patient was laparotomized. No tumor could be found during extensive surgical 
exploration. The tumor in this patient was probably equipped with multiple venous drainage 
and small as suggested by the high NA-excretion in the presence of normal VMA and 
metanephrines. In another male patient (52 y) with excessive NA excretion up to 6000u:g/24h 
the highest NA concentration was found in both jugular veins on two separate occasions. US 
and CT did not reveal a tumor in the peritoneal or thoracic cavity, whereas tomography of the 
base of the skull showed enlargement of the right bulbus venae jugularis demonstrating a NA-
producing paraganglioma. In a female patient (60 y) and her daughter (31 y) the described but 
rare combination of P with medullary thyroid carcinoma and hypercalcitoninemia was found. 
The mother with unilateral P had been thyroidectomized because of high calcitonin levels. 
However, the thyroid was free of carcinoma, which was only present in one lymph node of the 
neck. This finding can be explained by a previous thyroid resection 15 years ago for suspected 
endemic goiter without histological examination. The daughter had a bilateral P, which was 
operated 1968 on the left and 1979 on the right side. Total thyroidectomy led to normalization 
of the calcitonin levels. 
The conclusions drawn from these cases are the following: Diagnostic procedures should 
be extended until tumor localization is established without doubt. Surgical exploration without 
tumor localization is not advisable. Calcitonin should be measured in every patient with 
pheochromocytoma. In cases of multiple endocrine adenomatosis type II family screening for P 
and elevated calcitonin is necessary. 
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